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AHHOTaums

K nepBrUHbIM ayTOUMMYHHbIM 3a60AEBaHUSIM MEYEHN TPAAMLIMOHHO OTHOCSIT MEPBUUHbIA OUAMAPHBIA XOAQHTUT, MEPBUUHbIA CKAEPO3UPYIO-
LM XOAQHTUT U ayTOUMMYHHbIN renatuT. HecMoTpst Ha NpenmyLecTBEHHOE NMopaxkeHe OpraHoB rernartooMAMapHOM CUCTEMbI, B TeUeHue
MOCAEAHUX AECSTUAETUI MOAYHEHO MHOXECTBO AQHHbIX, CBUAETEALCTBYIOLUMX B MOAb3Y HAaAMUUSI BHEMEUEHOUHbIX NMPOSIBAEHUI AQHHbIX 3a-
6OAEBaAHMI, B HACTHOCTH, MOPAXKEHUS ACTKMX B BUAE OYArOBbIX U MHTEPCTULIMAABHBIX U3MEHEHMI C BO3MOXHbIM MPOrPeCCUPOBAHUEM, Pa3-
BUTUEM (PUOPO3a M AbIXATEABHOM HEAOCTATOUHOCTU. [1pU MOpakeHUM AErKMX B MaTOAOrMHUECKMUI MPOLIECC MOTYT BOBAEKATbCS KaK MapeHXm-
Ma OpraHa, Tak U COCYAbl, MAEBPA, BHYTPUIPYAHbIE AUMIATUUECKME Y3AbI, TIPU STOM HAMOOAEE AOCTOBEPHBIM METOAOM, MO3BOASIIOLMM OLle-
HWUTb OObEM MOpPaXeHUst B A€OIOTe 3a00AEBaHMS U €r0 SBOAIOLIMIO B AMHAMMKE, IBASIETCSI KOMIbIOTEPHAst TOMOrpadhmsi BbICOKOIO paspelie-
HUs1. B CBSI3U C BO3MOXKHOCTBIO AAMTEABHOTO HECCUMITTOMHOIO TEUYEHUsI AEFOYHOIO MPOLIECCA C PA3BUTUEM HEOOPATUMbIX M3MEHEHUIT Y Ma-
LIMEHTOB C ayTOMMMYHHbIMU 3a00AEBAHMSIMM MEeYeHM MPEACTABASETCS: 0OOCHOBAHHbBIM MPOBEAEHUE CKPUHUHTOBbLIX MCCAEAOBAHMIA AAS
CBOEBPEMEHHOTO BbISIBAEHUSI U A€HEHUS MOPAXKEHUI AETKUX B PaMKaX AQHHOM NMaTOAOIMUM.

KalodeBbie choBa: MHTEPCTULMAAbHBIE 3a00AEBAHMS ACTKMX, MEPBUYUHbIA OUAMAPHDIN XOAAHTHUT, NEePBUYHbIN CKAEPO3MUPYIOLIMI XOAAHIUT,
ayTOMMMYHHBbIA renaTmr.
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The primary autoimmune liver diseases conventionally include primary biliary cholangitis, primary sclerosing cholangitis and autoimmune hep-
atitis. Despite of primary autoimmune affection of different parts of the hepatobiliary system, in the recent decades, a lot of data has emerged in-
dicating the presence of extrahepatic manifestations of these diseases, in particular, lung lesions, such as nodular and interstitial changes with
possible progression and development of fibrosis and respiratory failure. In case of lungs disease, both pulmonary parenchyma and lung vessels,
pleura, and intrathoracic lymph nodes can be involved. The most sensitive and specific procedure to assess the extent of the lung lesions and
their evolution is high-resolution computed tomography. Due to the possibility of long-term asymptomatic course of the pulmonary disease with
development of irreversible changes in patients with autoimmune liver diseases, it seems reasonable to conduct screening studies aimed at early
detection and treatment of lung lesions in this population.

Keywords: interstitial lung disease, primary biliary cholangitis, primary sclerosing cholangitis, autoimmune hepatitis.

AW — ayTOUMMYHHBIi1 renaTuT

AMA — aHTUMUTOXOH/IPUAJIbHBIE aHTUTENA
T'KC - rimtoKOKOpTHKOCTEPOU/IbI

JICJT — qucbpy3roHHast cOCOGHOCTD JIETKUX
W31 — unTepeTrimaibHoe 3a00JeBaHNe JIErKUX
JIAT — neroyHasi apTepuaibHasi TUNepTeH3us

JIWIT — numcpoupTapHast MHTEPCTULIMANIbHAS THEBMOHMS
HCHII — Hecneypdryeckasi MHTEpCTULANIbHAST THEBMOHMS
OBOII — 06auTepupyroLLyii GPOHXUOIUT ¢ OpPraHU3yoLLencs
NTHEBMOHMEN

TIBX — nepBUYHbIi OUMAPHBIIA XONAHTUT

TICX — nepBUYHbIN CKIEPO3UPYIOLLMIT XOJTAHTUT

AyTOMMMYHHbIE 3200J1€BaHNs TIEYEHN TPAANLMOHHO BKIIIO-
4aroT B ce6st nepBuuHbIN 6unrapHbiil xonanruT (I16X), panee
M3BECTHBII KaK MEePBUYHbINA OMIMAPHBIA UUPPO3, NEPBUYHBI
ckieposupytotmii Xxonanrut (IICX) u ayToMMMYHHBII renaTuT
(AWT). [Ipu paHHO¥ MATOJIOTMM MPOMCXOAUT UMMYHOOIOCPE-
JIOBaHHOE MpOrpeccupyroliee NopakeHue renaTouuToB 1 Kie-
TOK JKEJIYHbIX TPOTOKOB, YTO MOKET NMPUBOJUTH K PA3BUTHUIO
LMPpO3a NeYeHN U NeYeHOUHOl HefocTaTouHocT. Kpome To-
ro, B T€YEHUE MOCIEJHNX ECATUIIETUI MOJIyYeHO MHOXKECTBO
JaHHBIX, CBUJICTENIbCTBYIOIMX O BO3MOXKHOCTHU Pa3BUTHUSI BHE-
MEeUYEHOYHbIX MPOSIBIECHUI TaHHbIX 3a00JIeBaHUI1, B YACTHOCTH,
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MOPAKEHNS JIETKUX , TITIEBPbI, BHY TPUTPY/IHBIX TUM(ATUUECKUX
y3710B. Bbicka3bIBatoTCsl TakKe MPEANOI0XKEHUSI O TOM, UTO
ayTOMMMYHHbIE 3a00JIeBaHuUsI IEUEHU CJIE/lyeT pacCMaTpUBaTh
B KQUECTBE CHUCTEMHBIX C MOJIMOPraHHbIM MopaskeHneMm [1].
[Ipu BBISBJICHUU JIETOYHOTO MOPAXKEHUSl Yy MalUeHTa C
ayTOMMMYHHBIM 3a00JIeBaHNeM TeUYeH! CJEAyeT MPOBOANTH
aucdepeHnaIbHy 0 JUaArHOCTUKY ¢ CUCTEMHON ayTOUMMYH-
HOI1 NaTOJIOTHEH, B MEPBYIO ovyepe/ib ¢ capkouo3oM u [gG4-
ACCOLMUPOBAHHBIM 3aboneBanueM [2]. B panHoi cutyanun
npoBefenne A epeHInaTbHON TUArHOCTUKN MOKET OCIIOK-
HSITHCSl HAJMUYMEM CXOJIHBIX KJIMHUKO-PEHTI€HOJOTMYECKUX
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MPU3HAKOB, UTO TpeOyeT MPOBeJIeHNsI KOMIUIEKCHOTO Jlabopa-
TOPHOTO 00CJIE/IOBaHMUSI, BKIIFOUAsi CEPOJIOTMUECKOe, a B psijie
cilyyaeB — GMOIICHM JIETKOTO C MOCJIEYOIM Mopgoioruye-
CKHMM ¥ IMMYHOTHCTOXMUMHUYECKUM UCCIIEJOBAHAEM OHOTICHII-
Horo Matepuana [3, 4]. B nannom o630pe mnpepcTaBiaeHbl OC-
HOBHbBIE Bapl/laHTbl HOpa)KEHI/Iﬂ OpFaHOB }lblxaTe.ﬂbHOﬁ CUCTEMBI
MpY Ay TOMMMYHHBIX 3200JICBaHUSIX MEYEHU, 3a NCKIIOUECHUEM
OCIIOSKHEHUIT [UPPO3a NeueH! (TemaTonyIbMOHAILHOTO CHH-
JIpoMa, MOPTOMYJILMOHAJILHOI TMIIEPTEH3UM,, IEYEHOYHOTO TH]I-
poTopakca), Tak Kak OHU He SIBJISIIOTCS CrielUpUIHbIMU.

lMopaxeHne AerknMx npu nepBMHHOM
OGMAMAPHOM XOAAHTUTE

IIBX — aTo XpoHMUYECKOe ayTOMMMYHHOE 3a0oJsieBaHMe,
MpY KOTOPOM BOCTIAJIEHHE, IECTPYKUMS U (pruOpo3 BHyTpUIIeye-
HOYHBIX JKEJIYHbIX MPOTOKOB MPUBOJAT K PAa3BUTHIO LMPPO3a U
neyeHOYHoi HefocTaTouHocTu. YactoTa BetpeuaemocTu [IBX
BapbUpYyeT B pa3HbIX perMoHax Mupa u coctasisieT oT 40 1o
400 Ha 1 MJIH HaceneHus, Yaiie 60JICI0T XKEeHILMHbBI CPEIHETr0O
BO3pacTa (COOTHOLIEHUE >KEHIMH 1 My>KuuH 9:1 — 12:1). IIpu
IIBX onucanbl ciyyan ceMeiHOro HacyeioBaHus 3a00s1eBaHMsl,
OHO BcTpevaercs y 4% pOACTBEHHUKOB NMepBoil TuHuu u 63%
OJTHOSIMLIEBBIX OJIM3HELOB, PUCK Y CECTep MALMEHTOK B 14 pa3
BbILLIE MOMYJISLMOHHOT0; KPOME TOTr0, MOKET HabJItofIaThCsl CO-
yetanue [16X ¢ npyrumu ayToMMMyHHBIMU 3a00J1€BaHUSIMU,
TakuMu Kak cuHppoM lllerpena, cuctemHasi ckiepopepmus,
PEeBMATOW/IHBIN apTpUT U fAp. [5].

uarnos [1BX ycTanaBnmBaeTcsl Ipy HATMYMY Y TAIMEHTA
JIBYX U3 TpeX KPUTEPUEB, NPEJITIOKEHHbIX AMEPUKAHCKOM ac-
couuanuen o u3y4eHuro 60Je3Hel nevyeHu: 1) ImuTeaIbHoro
(>6 Mec) xojecTa3a C MOBbIILICHUEM aKTHMBHOCTH ILEIOYHON
¢ocpaTasbl u/mnm raMma-rayTaMUITpaHcepasbl B CHIBOPOT-
Ke KPOBH; 2) aHTUMUTOXOHApUANBbHBIX aHTUTeN (AMA) B TUT-
pe >1:40 umu AMA-M2 anTturen B 1000M TUTPE; 3) HATMUUEM
rucrojornyeckux npusHakos [16X no gaHHbIM Groncun neve-
HU (XpOHMUYECKUI HETHOWHBIN IECTPYKTUBHbBIN XOJIAHTHT, Ya-
CTO TpaHyJIeMaTO3HbII, B COUETAHUH C AECTPYKIMEN MEKI0Mb-
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KOBBIX XeIYHbIX MpoTokoB) [1]. [Ipm aTom Takxke AOJKeH
ObITb MCKJIIOUEH 0OCTPYKTHUBHBI XoJecTas [6].

OO6BIYHO IMarHO3 MEUYSHOYHOT'0 MOPAXKEHNUS! TPE/ILIECTBYET
Pa3BUTHIO JIETOYHOH NMATOJIOTHX, XOTS B JIMTEPAType ONMKUCaHbI
u obpatHble ciydau [1]. Hanbonee yacTo BhIsSIBISIeTCS MHTEP-
ctumanbHoe 3aboneBanue nerkux (M3JI), pexke — nopaxkeHue
OpOHXOB UM pa3BuTHe JerovyHoi runeprensun (JIAIY). Pas-
JIMYHBbIE BAPUAHTHI JIETOYHON MATOJIOTMU, OMKMCAHHbIE NpPU
IBX, npepicTaBnenbl B Tadmuie [7].

BapuanTtbl nopaxenuns Aerkmx npm IMNbX [7]

W3omupoBanHoe cHUKeHue Judy31MOHHOI CTOCOGHOCTHI
aerkux (JCJT)
CyOKIMHUYECKHUIT albBEOJIUT
N3JI:
* JIerOYHbIN HUdpo3
* mumdouuTapHasl MHTepcTulranbHas miesMonus (JIMIT)
* HecrennIecKast THTEPCTUIMAIbHAST THEBMOHMST
(HCHIT)
°* O0/IUTEPUPYIOLIMI OPOHXUOJIUT C OPraHMU3YIOLIENCs
nHeBMoHuei nHesmonuein (OBOIT)
I'panynemaro3Hoe nopaxkeHue Jerkux
[TopakeHue 6poHXOB
Jlerounast aprepuanbHasi runeprensust (JIAT)
Jlerounoe KpoBOTeUeHHE
[IneBpasnbHblil BLINOT

CyOKJIMHUYEeCKOe MOpaXKeHUe JISTKUX B BUJIE CHUKEHUS
JCJI nnst razoB BeTpeuaetcs: npu [1BX goBosbHO yacTo; Briep-
BbIe OHO onucaHo R. Rodriguez-Roisin u coasr. B 1981 r. [§].
Iozpuee P. Uddenfeldt u coasr. [9] cpaBHMIM 3HaYeHUs! (hyHK-
OUOHAJBHBIX JIeTOUYHBIX TapameTpoB y mnaumeHtoB ¢ [1BX
(n=25) u 3popoBbIX J0OpOBONbIEB (n1=17): cCHUKeHnEe PYHK-
IMOHAJILHBIX JIETOYHBIX MAPAMETPOB OTMEYANOCh y 56% nauu-
enrtoB ¢ [1BX, camkenne [1CJI —y 36% — nocToBepHO yallie 1o
CPaBHEHUIO C TPYMNNON KOHTPOJIS, I7ie HU Y OJIHOTO U3 TTaleH-
TOB HE OTMEYAJIOCh CHUXKEHUS BbIILIEYKA3aHHbBIX MTAPAMETPOB
[9]. M.J. Krowka u coaBr. [10] o6cnenoBanu 67 HeKypsIux
nagueHToB ¢ [IBX M BBISBUIN JJOCTOBEPHYIO 3aBMCHMOCTH
MEX]Iy TSKeCThIO nedyeHouHoro nopaxkenus u [ICJ1. B nannom
WCCJIC[IOBAHUN HE BBISIBJICHO aCCOLMALUK ME3K/1y 3HAYCHUSIMU
q)yHKuMOHaHbeIX JICTOYHbBIX HapaMeTpOB N HAJIMYUEM Cl/lHﬂpO-
Mma Illerpena, a Take KIMHUUYECKUX MPOSIBICHUI MOPTAIBbHOM
runeprensun [10]. B mipyrom ucciegoBaHuu, BKIIIOYMBIIEM
61 manpenTa ¢ pa3nuIHbIMUA CTAIUSIMU TOPAKEHUsI TISYSHU NPU
BX, caukenune JCJI ormeuanock y 24 (39%) nauueHTOB,
MIPY 3TOM TaKKe He BbIsiBIIeHO 3aBucumocTu Mexy J1CJI v BbI-
PaKEHHOCTBIO TIEUEHOYHOTO TIOPasKeHHsI, a TakK>Ke HATIMIueM
comyTcTBytoigero cuaupoma llerpena. [IpogemMoncTprupoBana
CTAaTUCTUYECCKU HOCTOBepHaﬂ Koppem{uml Me>|<)1y CHMN2KEHUEM
JCJI v HanuuMeM CUCTEMHOI CKJIEPOJIEPMUH, A TAKXKe HAJIM4H-
€M IMPKYJIMPYIOLIMX aHTULEHTPOMEepPHBIX aHTuTen [11].
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BapuaHTbl opakeHmsl Aerkux rpu ayToOMMMYHHbIX 3a00A€BaHUSIX eHeH

[NIBX xapakTepusyeTcs NepCUCTUPYIOIIEH ay TOMMMYHHOI
AKTHBHOCTBIO € yyacTreM T-miMgounToB, HaNpaBaeHHON! Mpo-
TUB 3MUTEINS MEJIKMX BHYTPUIOJIBKOBBIX SKETUHbIX POTOKOB,
B MCXOJIe MPUBOJISLIEH K MX MPOTPECCUPYIOLIEi 1eCTPYKIWH.
MO>KHO NPe/INOI0XKUTh, YTO CXO/IHAsl Ay TOMMMYHHasl aKTUB-
HocTb nipu [IBX Tak>ke HampaBiieHa U Ha aJbBEOJISIPHBII 3MH-
Temuil. B ofHOM M3 MccieoBaHuil, MOCBSILEHHBIX BbISIBJICHUIO
CyOKJIMHMYECKOro abeosuTa y nauueHTos ¢ [IBX, aBTopbl
CPAaBHUJIM KJIETOYHbIN COCTAB JIABA>KHON >KUJIKOCTH MALUEHTOB
¢ [IBX, ankoroyabHbIM LMPPO30OM MEYEHU U 3JOPOBBIX 1006PO-
BOJIBLIEB. Y 3HAUYMTEJILHON YacTh manueHToB ¢ I[1BX BhIsIBICHBI
NMPU3HAKN CYOKIMHUYECKON allbBEOJISIPHON MH(UIbTpALWH,
npenMyIiecTBeHHO cocTosimen n3 CD4-mumpounToB u akTH-
BUPOBAHHbIX  aJbBEOJSIPHBIX  Makpodaro. OpHuM U3
OrpaHNYEHMI JAHHOTO MCCIIE0BaHNS ObIJIO COMYyTCTBYIOLIEE
Hamuue cunapoma llerpena y 7 u3 12 naumenTos [7]. Tak kak
1o 44% nanuentos ¢ cunapomoM lllerpena nmeroT npusHaku
CyOKJIMHUYECKOr0 albBEOJIUTA, OJHO3HAYHO YCTAHOBUTH MpPU-
YUHY Ppa3BUTHUS M3MEHEHWI B JIETKMX HEBO3MOXKHO [12].
M.A. Spiteri u coaBt. [13] uccnenoBaiy KJIeTOYHbIN COCTAB J1a-
BaXKHOW KMIKOCTU y MAlMEHTOB ¢ capkoupo3oM, [IBX 6e3
KJIIMHNYECKUX MPU3HAKOB MOPA’KEHMS! JIETKUX U 3/I0POBBIX J100-
POBOJILLEB. Y BCEX MALMEHTOB C JIETOYHBIM CApPKOWI030M BbI-
SIBIISLTICS. JTMMPOLMTAPHBIN aJIbBEOJIUT, IPU 3TOM OISl TMMpo-
IIMTOB B JIABa>KHOM >KUAKOCTH cocTaBiisna 292%. Y 6 u3
10 nauuenTos ¢ IIBX BbIABIAINCH NMPU3HAKU AJIbBEOJIUTA C
ypoBHeM nuMpounToB 27,6%. [Ipu cpaBHEHUM MALMEHTOB C
[NBX u capkono30M OTMEUYEeHbI CONIOCTABUMbIE 3HAYEHUSI CO-
otHomreHnst CD4/CD8 mumdonutos (4,13 u 5,6 cooTBeTCTBEH-
HO). BaskHO OTMETUTD, YTO Y 5 U3 6 NALMEHTOB C MPU3HAKAMU
AJIbBEOJIUTA MO IaHHBIM OPOHXOAJIBBEOJISIPHOTO JlaBaka, He-
CMOTpPSI HA HOPMAJIbHYIO PEHTIeHOrpahuyecKyto KapTuHy U
OTCYTCTBUE OTKJIOHEHUI NMpY (PU3MKATILBHOM OCMOTpE, BbIsIBIIE-
Hbl MHTEPCTULMATbHbIE U3MEHEHUS! B JIETKUX MO pe3yJibTaTaM
komnbtoTepHoii Tomorpacun (KT) opraHoB rpyHON KIETKHU.

Han6onee pacnpocTpaHeHHbIM BApUAHTOM MOPASKEHNUS JIeT-
kux B pamkax [1BX ssasitorces paznuunbie Tunbsl M3J1; yactora
UX cocTarisieT npubmsnTenbHo 15% [14]. Tlo jaHHBIM MUPO-
BOI1 IMTEpaTypbl U3BeCTHO, uTO ITHEX MOXKeT ObITh accoLMMPO-
BaH C pa3BUTHEM pa3inyHbIX THNOB W3], Taknx Kak JeroYHbIit
¢ubpos (puc. 1), JIMIT, HCUII, OBOII, a Takxe rpaHyJemMa-
TO3HOE MOPaXKEHUE JIErKUX, MOP(OJIOrMYECKU CXO/IHOE C cap-
xoupo3oM (puc. 2). OHOBpEeMEHHOE Haluuue CUHApOMa
Mlerpena y nampentos ¢ [IBX nosbiaeT puck passutust U3J1.
B uccnepoBanun, Bknrouaniiem 109 namuenTos ¢ [1BX, ogHo-
BpeMeHHOe Hanuuue cuupapoma lllerpena ormeuanoch y
46 (42,2%) nauuentoB. Yacrora Bctpeyaemoct U3J1 y nauu-
enroB ¢ [IBX u cunpomom lerpena cocrasuna 21,7%, Torpa
Kak y mauueHToB 6e3 cunppoma lllerpena — Bcero 1,6% [15].
Tewm ne menee pazsutue M3JI yacTo nmeeT MeCTO U y MalyeH-
ToB ¢ [IBX 6e3 conyTcTBytoLell ayTOMMMYHHON NaTOJIOTHH,
YTO yKa3bIBaeT Ha MpsMYI0 cBs3b pa3sutus M3JI ¢ naHHbIM
ayTOMMMYHHBIM 3a6osieBanuem neueHn. M. Shen u coasr. [6]
cuctemMaTuyecku ucciepoBanu pas3sutue M3JI B kauectse
ocnoxkHenus [16X B mpocneKTHBHOM UCCIIEJOBAHNHN,, BKITFOUAB-
meMm 178 magueHToB, ¢ IIUTENbHOCTBIO HabGofieHust 6 JeT.
Yactora pazsutust U3J1 cocraBuna 15,7% (n=28). 13 Bcex ma-
umenToB ¢ U3J1y 53,6% ormeuanoch Halmuue pecnmpaTopHOil
CUMITOMATUKY, 2 y 88,2% BBISIBIISUIUCH PECTPUKTUBHbIE BEH-
TUISIMOHHbIE HapyeHus n/nim cakenne J1CJI.

ITo pe3ynbTaTaM OHOTO U3 MCCJIEOBAHUIA, OCHOBHBIM T'U-
cronatojornyeckum BapuantoM M3JI, accouunpoBaHHbIM C
NBX, 6bi1a JINII [6]. HecMoTpst Ha 60JbLINI PUCK Pa3BUTUS
JINII mpu Hammunm cuHapoma lllerpena, peHTreHonornyeckast
u Mopcomnornueckast kaptuna JINII onucana Takxke y nauyeH-
ToB ¢ n3oarpoBanHbIM [IBX. [1o faHHBIM FUCTONIOrNYECKOro
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Puc. 1. YToAIIEHME MEXKAOABKOBBIX MEPEropoAOK C hopmu-
poBaHMeM TPaKUMOHHBIX OPOHX0IKTa30B M 04aroB TPaHC-
¢hopmaumm AerouHoM TKaHM MO THY «COTOBOFO AEFKOF0», CO-
OTBETCTBYIOWNE MHTEPCTULIMAABHOMY A€TOUHOMY (hnbpo3y, y
naumenta ¢ NMbX-U3A [14]

Puc. 2. Aannbie KT BbICOKOTo pa3spewieHnsi, AeMOHCTPUPYIO-
wre MyAbTMdrOKaAbHbIe, Nepudepryeckm pacrnorokeHHble
30Hbl KOHCOAMAQLIMM U YNIAOTHEHMS MO TUITY MaTOBOIO CTek-
AQ, a TaKKe MPU3HAK «raA0» y MauMeHTa C rPaHyAeMaTO3HbIM
nopaxeHuem Aerkux npum MNbX [16]

ucclefloBaHKsl OMONTATOB Jierkux y 5 nmauuentos ¢ MU3J1 u
I[IBX, M. Shen u coasT. [6] BbISIBUIN KapTUHY , COOTBETCTBYO-
uryto JIWII, y Tpoux u3 HUX; y OCTANbHBIX AABYX MAIUEHTOB T'M-
CTOJIOTMYeCcKasi KapTHHA COOTBETCTBOBAJIA MHTEPCTULMAILHO-
My JlerouHomy puéposy.

ITo paHHBIM APYroro KJIMHUYECKOro 0030pa, 4aCcTOTa pas-
ButHs neroynoro ¢pudposa npu [16X cocrasuma <5% [17].
Mopdonoruuecku Jerounblit (pudpo3, acCOUUUPOBAHHbIN C
IIBX, cooTBETCTBYET OOBIYHOI MHTEPCTULUAIBHOM MTHEBMO-
Huu. P.L. Golding u coaBr. [18] BbISIBUIIM PEHTI€HOJOTNUECKUE
U (OyHKIMOHANBHbIE U3MEHEHNS, COOTBETCTBYIOILMUE JIETOYHO-
My ¢ubposy, y 9 (13%) n3z 70 nayuenros c I16X; ogHako no
[aHHBbIM OUOICUY AUATHO3 JIeroYHOro (puépo3a NOoATBEPXKACH
TOJIbKO Y [IByX MALUEHTOB.

OBOII Tak:ke MOKET SIBJISTHCS OfJHUM 13 BHENEYEHOUYHBIX
nposiBienuit [1I6X, ocobeHHo y manueHToB ¢ ApyrMMHU acco-
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LMMPOBAHHBIMU CUCTEMHBIMU 3a00JI€BaHUSIMU COEJIMHUTEIIbHOMN
TKaHu; B TO ke BpeMsi OBOII MoxeT pa3BuBaTbLCS U NPU U30-
mipoBanHoM [1BX. [Taunbiit BapuanT M3J1 fomKeH BKIIOYATh-
¢ B KpyT i pepeHIMaTbHOI AMAarHOCTUKY MPU Hepa3peLiao-
merics mueBMonnn y nauueHToB ¢ [IBX. E.S. Strobel u coasr.
[19] onucanu knuunueckuit cayyait [IBX ¢ U3JI, npu koTo-
POM Y NalUeHTa 10 JAHHBIM MOP(HOIOrMUECKOro UCCIEOBAHNUS
6uonTata JIErKOro OJ(HOBPEMEHHO BbISBICHbI MNPU3HAKU
OBOII, JINIT u pectpykTBHOTO 6pOoHXMONNTA. [laHHas KapTh-
Ha MHO>KECTBEHHBIX U3MEHEHNI1 COOTBETCTBOBAA [IBYX3TallHO-
MY KJIMHIYECKOMY TE€UYEHHUIO 3a00JIEBaHUsI M CTalla OCHOBOW ISt
BbIOOpa Tepanun. [lepBas ¢asza 3a6oseBanust Haubosee BEpo-
sitHO cooTBeTcTBOoBana OBOII 1 xapakTepu3oBanach 6bICTPLIM
(B TeueHue 1 Hel) OTBETOM Ha TEPaINuIO TIIFIOKOKOPTUKOCTEPOU-
namu (I'KC), a Bropas ¢aza — JIMII. Habmopanock mMejieHHOe
(6ouniee rojia) pasperieHre NaToJOrMYECKOro mpouecca npu o-
GaBIIeHNH K Tepanuy UTOCTATUKOB (23aTUOMPUHA).

HecmoTpst Ha TO 4TO capKOU/03 HE COOTBETCTBYET KpUTE-
pysIM 2y TOMMMYHHOT'O 3200J1€BaHNs1, OPAaKEHUE JIETKUX B BUJIE
CapKOMIONO0OHOI TPaHyIEeMATO3HO! PEAKIMN MOXET UMETh
MECTO TPH Pa3JIMYHbIX ayTOUMMYHHBIX 3a00JI€BaHUsIX, B TOM
yucne npu [16X. ITo faHHbIM cepun ayTONCUIHBIX UCCIIE0Ba-
nuit 120 naumenTos ¢ [IBX, pacnpocTpaHeHHbIe rpaHyieMa-
TO3HbIE M3MEHEHMs B Jierkux 6e3 opmupoBanus pubdposa
omucanbl y 2 (1,6%) nanuyeHToB; y OHOTO U3 HUX BBISIBIISIIICS
MHTEPCTULMATBHBIN MATTEPH U3MEHEHUI N0 JIAHHBIM PEHTIEHO-
rpacuu opraHos rpypHoit knetku u cHikenue JCJI [20].
J.G.Wallace u coasr. [21] onucanu 4eTBepbIX MALUEHTOB C
I[NBX u cungpomom lllerpena ¢ mopaskeHueMm JIerKUX: BapraH-
TbI JIETOYHOI1 MTATOJIOTMU BKIIIOYAIN B c€0s1 UHTEPCTULIMATBHBIN
¢pubpo3 ¢ mpu3HaKaMu BacKyJIuTa, TMM(MOLUTAPHBIA OPOHXHO-
JIUT ¥ TpaHyJieMaTo3HOe nopaxkeHue jierkux. I. Franco u coasr.
[16] omucamu pe6rot [IBX ¢ rpanynemaTo3HOr0 nmopaxkeHust
JIETKUX, C MOCJIE/lyIOIINM Pa3BUTHUEM NIEYEHOYHOT0 Mpolecca
(puc. 3, cM. Ha LIBETHOM BKJIeNKe).

Kaunnyeckue, peHTreHoJornyecke u (pyHKIMOHAIbHbIE
nannble oocnenoBanus npu U3JI-IIBX cooTBETCTBYIOT Tako-
BbIM T1pu Jipyrux dpopmax M3J1. PecnupaTopHble cMNTOMBI
ormeyvarorcst y 50% nanyeHToB ¢ BOBJICUSHNEM B MATOJIOTHYeE-
cKuit pouecc Jierkux. Hanbosnee yacTbiMu Xasio6aMu SIBIISIIOT-
cs ofpimka (>50% manyeHToB) 1 Kamenb (>35% MalueHToB).
ITo naHHBIM 06 BEKTUBHOTO OOCIEIOBAHNS MOXKET BbISIBIISITHCS
KpenuTauusi, yaile B HUXKHUX OT/esax jerkux (>35% nauueH-
ToB) [6]. Hanbonee yacThiM (pyHKIMOHAIBLHBIM HapyLLIEHUEM
apnsercst camkenne JICJT [1].

Caepnienust o neyenun M3JI B pamkax [1BX Becbma orpanu-
yeHHbl. COrIaCHO JJAHHBIM MUPOBOY JIMTEPATYPbl, HALUEHTBI C
N3JT npu [IBX aeMOHCTPUPYIOT Pa3iMyHYyl0 4yBCTBUTEIb-
HocThb K Tepanuu ['KC u nurtoctaTukamu, B 4aCTHOCTH, IIM-
KJIOCIIOPUHOM U a3aTUONPUHOM. DTa reTepOreHHOCTh MOXKeT
OBbITb CIIE[ICTBUEM HAINYMS PA3JIMYHBIX TMCTONATOIOINMYECKUX
BapUaHTOB 3a00JIeBaHNsl, KOTOPbIE HE BCET/ja KIMHUYECKHU pa3-
mmunmbl. Kpowme toro, npu I[1BX ¢ pazsutuem M3J1, kak u B
Clly4ae U30JIMPOBAHHOIO MOPaXKeHUsl NEUYeH!, UMMYHOCYIpec-
CHUBHasl Tepanusi He OKa3bIBAET BIIMSIHUS HA IPOrPECCUPOBaHUE
neyeHoyHoro npouecca [1]. C uenbio onpefeneHns NpeukTo-
POB 3(h(HEKTUBHOCTH TOTO UM MHOTO BUJIA UMMYHOCYTIPECCHB-
HOI1 Tepanuu Npu pa3nuyHbIXx BapuanTax M3J1, accouyumpoBan-
HbIX ¢ [IBX, TpeGyeTcs npoBeieHre KPYIHbIX PaHIOMU3NAPO-
BAHHBIX KJIMHUYECKUX MCCIIEIOBAHUI C JTTUTEIIbHBIM NEPUOJIOM
HaOJIIOJICHUSI .

B pamkax BHeneueHouHbIX nposisaenuii [IBX B nurepary-
pe onucaHbl pefikKe cllydan OpPOHXO00OCTPYKTUBHOIO CUHPOMA
[IpY NOPaXKEHUU JIbIXaTeNbHbIX MyTeil. B uactHoctu, G. Chatté
" COaBT. [22] mpeAcTaBUIM KIMHUYECKUN CIydail pa3BUTHUS
JUM@MOUUTAPHOrO OPOHXMUTA M OPOHXMOJIUTA Yy MalMEHTa C
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[IBEX. Eme B ogHOM HCCIEOBAaHUM MPU3HAKN YMEPEHHON
GpoHx000CTpyKUMK onucanbl y 4 u3 67 nauenTos ¢ [1BX [7].

ITpu IIBX Takke MOXEeT pa3BUBATLCS NOPaXKEHNE JIeroy-
HBIX cocyfioB ¢ pa3sutueM JIAT'. HecMoTpst Ha Hanmume 10cTo-
BEPHOI KOPPEJISILMU MEXK/y HAJIMYMeM MOPTaJIbHO I'MepTeH-
31U IIPU LUppo3e neveHn u passurueM JIAIL, 6onee yem y 30%
nauueHToB ¢ JIAT npu [1BX He oT™Me4YeHO MPU3HAKOB MOPTAllb-
HOI TMUMEPTEH3UM, YTO MpEJoaraeT Haluyie Apyrux Mexa-
HM3MOB MOPAXEHUsI COCY/IOB JIETKUX MPU JJAHHOM ayTOUMMYH-
HOM 3aboneBanuu [23]. B mpocneKTMBHOM uCCIEIOBaHUU,
BKitovasiem 178 naupenTos ¢ [IBX ¢ nepuogom HaGmoieHUst
6 ner, yacrora pa3zsurtus JIAI cocrasuna 11,8% (n=21) [6].
B nannoil rpynmne manuueHTOB y ueTBephIX oTMedanachk JIAT
YMEPEHHOI WITH TSKEJION CTENEHH, a OJIMH U3 MAlMeHTOB yMep
BCIIE/ICTBME PAa3BUTHS MPABOXKETYOUKOBON CEPAEUHON HE0-
CTaTOYHOCTH, YTO yKa3bIBaeT HA BO3MOXKHOCTb HebGJIaronpu-
sitHOrO mporHo3a npu [16X, cBs3aHHOr0 HEMOCPEICTBEHHO C
BHETMEUCHOUYHBIM MOPaKEHNEM.

Mopaxenne Arerknx npu MNCX

IICX, rak xe kak [IBX, oTHOCUTCS K UIMONATUYECKIM XO-
JlecTaTudeckuM 3aboJieBaHMeM NevyeHu. B nmarosnorunueckuit
MPOLECC BOBJIEKAIOTCS KaK BHYTPHU-, TaK U BHENEUECHOYHbIE
SKEJIYHblE NMPOTOKH, B KOTOPBIX TEKYIIMI BOCHAIUTEIbHbIN
npouecc B COYETaHUU C¢ (POPMUPOBAHUEM TPaHyJISILIMOHHOM
TKaHU 1 (pubpo3a BeeT K NPOrpecCUpyrouieMy HapyLIeHUIO
OTTOKA YKEITYM U Pa3BUTHIO X0JlecTas3a. B mpoTHBOMOIOKHOCTH
[IBX, [ICX B 2 pa3a yaiiie mopakaeT MOJOABIX My>4MH (Cpefi-
HMI1 BO3PACT HA MOMEHT MOCTAHOBKM JiuarHosa — 40 set) u B
70-80% cayyaeB acCOLMMPOBAH C BOCTIAUTENbHBIMU 3a0011e-
BAaHMSIMM KUILIEYHHKA, Yallle C S3BEHHBIM KOJIUTOM [24].

unarno3 [ICX ocHOBbIBaeTCS HA HATTMYMU XapPaKTEPHBIX
V3MEHEHNI KPYNHBIX >KEJTYHBIX TIPOTOKOB MO JAaHHBIM 9H/IOCKO-
MMYECKON PEeTPOrpaJHOI XOJIaHTnoNaHKpearorpadgun 1mudo He-
VHBa3MBHOW MarHUTHO-PE30HAHCHON XOJIaHTMONIAHKpeaTorpa-
¢y 1M Ha BbISIBICHUN CHEeUM(PUIECKUX TUCTOJIOTNYECKUX
MPU3HAKOB (CKJIEPO3 CTEHOK MPOTOKOB W MEPUYKTAIbHBII
¢pubpo3) Npu OTCYTCTBUM BTOPUYHBIX IPUYMH OOCTPYKTHUBHO-
IO XOJIAHTUTA (BPOXK/ICHHBIX aHOMAJIMI1 TeNaTOOMIIMapHON CH-
CTeMBbI, TIOCIIEONEPAIMOHHBIX OCJIOKHEHUH 1 fip.) [25]. AyTo-
VMMMYHHbII XapakTep NOpaKeHusl PY IaHHOW MaTOJIOMMH TOf-
TBEP3K/IAeTCsl HAIMYMEM MEPUHYKIICAPHBIX aHTUHENTPOMHIIb-
HBIX uuToniasmMarndeckux anruresn (p-ANCA, no 74% nauu-
eHTOB), aHTHUsAepHbIX anTuTen (ANA, 10 77% nauueHTos), a
TaK>Ke aHTUTEJI K IJIaIKOMbIIIEYHbIM KjaeTkaM (SMA, no 83%
nauueHToB) [24].

Mopaxkenune nerkux npu IICX, kpome M3JI, cxogHoro c
CapKOU/I030M, MOXKET NPOSIBISTHCS Pa3BUTHEM MHTEPCTHULHU-
anbHOro (hrbpo3a, OpraHM3yIoIIECsl THEBMOHUU U FeMOpparu-
YecKoro ajbBeosuTa. Hanuune si3BEHHOro KOJIMTa B COUETaHUN
¢ [ICX, a Takxxe 6e3 HEro, Toke MOXKET ObITh ACCOLMUPOBAHO
C pa3IMYHbIMU JIETOYHBIMU NPOSIBJICHUAMU,, TAKMMU KaK XPOHHU-
YeCKHil OpOHXUT, OPOHXO3KTA3bI U 3a060seBaHNs MIEeBpbI [1].

B Hacrosiiiee BpeMst OTCYTCTBYIOT KIIMHUYECKHE PEKOMEH-
JalMK N0 JIeYeHuto JieroyHbIx nposisnennii npu [1CX, ognako B
psne uccnenoBanuii onrcana appextrBHOCTb Teparmu ['KC u
uuTocTaTukaMu (uukiodocgamun). MatepecHo, uyTo B ncce-
noBanun P.Jonard u coasr. [26] y naumeHTKM 47 JeT C KIMHU-
KO-PEHTI€HOJIOrMYeCKON KapTUHOM JleroyHoro ¢pubpo3sa, moj-
TBEP>KACHHOI MO IaHHBIM TUCTOJIOMMYECKOr0 UCCIIe/OBaHus,
oTMeyasIcsl oJoXKUTeNbHbI ahdekT ot npuema 'KC. Tak
Ke, Kak 1 B ciyydae ¢ [IBX, nist oneHkn 3(p(heKTMBHOCTH pa3-
JIMYHBIX PEKMMOB UMMYHOCYTIPECCUBHOM Tepanuu 1py nopa-
keHnn Jerkux y manueHToB ¢ [ICX TpebyeTtcst mpoBenenue
PaHTIOMU3UPOBAHHBIX KIIMHUYECKUX l/lCCﬂC}lOBaHl/lﬁ C JJIMTellb-
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BapuaHTbl opakeHmsl Aerkux rpu ayToOMMMYHHbIX 3a00A€BaHUSIX eHeH

HBIM MEPUOAOM HAOIIOJICHNsI, UTO, OJJHAKO, MOXKET ObITh 3a-
TPY/IHEHO B CBSI3U C PEJIKOCTBIO JIAHHOM MATOJIOTHH.

Mopaxenne rerknx npu AUT

AMWI" HazpIBalOT HepaspelluBIlIeecs BOCMAJEHNE NeYeHU
HEW3BECTHOI 3THOJIOTHH, XapaKTEePU3YOIeecss UMMYHHBIM OT-
BETOM, HallpPaBJIEHHbIM MPOTUB NEYEHOYHON TKaHU, BEYIIMM K
AECTPYKIMU MAapeHXUMbI NeueHn. 3a00sieBaHne XapaKTepusy-
eTCsl MEPUNOPTAITLHBIM WM (0Jiee OOIIMPHBIM BOCHAINTEb-
HBIM MPOLIECCOM, HAIMYMEM TMIepraMMaryio0yJIMHEMUH U TKa-
HEBBIX ayTOAHTUTEJ U B GOJILIIMHCTBE CIy4yaeB OTBEYAET Ha
MMMYHOCYPECCHUBHYIO TE€PAIMIO.

Pacnpoctpanennocts AUI coctaBnsiet 10-20 ciyyaeB Ha
100 TbIC. HaceneHus, 3a00J€Ba€MOCTb BBIILIIE CPEM JKEHIIUH
(cooTHOIIIEHNE SKEHIIMH 1 My3KunH 3,5:1) [27]. CuMnToMsI 3a-
6osieBaHMsT HecTieUM(UUHBI U BKIIOYAIOT OOIIyI0 cIabocThb
(yTOMIIIEMOCTD), CHU>KEHUE anmneTuTa, 601 B cycTaBax, 60Ju
B >KMBOTE U KeNTyXy. Y 25% naumeHTOB HavyabHbII NEPUOJ]
3a0oseBaHus porekaeT oeccumnToMHo. [1o JaHHBIM Mabopa-
TOPHOr0 00CIIE/IOBAaHMS] MOTYT BbISBJISATHCS MOBbILICHUE AKTHB-
HOCTM TpaHCAMHUHA3, TUNEPraMMaryioOyJIuMHeMusl, Haludue
aytoantuten — ANA, SMA, a Tak>ke aHTUTEl K MUKPOCOMam
nevyeHu u nmovek 1-ro tuma (LKM-1).

B pamkax nerounoro nopasxkenusi npu AUI" onucansl enu-
HUYHbIE KJIMHUYeckue ciaydau passutust M3J1, B yacTHOCTH,
uHTepcTUIManbHoro gudposa u JIUII [25]. Caenyer oTme-
TUTh, YTO OIyOIMKOBAHHBIC B TEYEHUE MOCIEHUX IBYX JIeCsi-
TUJIETUI Pe3yJbTaThl UCCIIEIOBAHUI N3MEHNUIIM MHEHIE OTHO-
CUTENIbHO YacToThl BeTpeyaemoct M3J1 y naumentos ¢ AUI.
B Hacrosuiee BpeMst CUMTAETCs, YTO JIETOUYHbIE OCIIOKHEHUS
npu AWT, nocie uckmovyenus: conyrcrsytoweir HCV-ungex-
i [28], a Takske sTporeHHbIX npuunH pazsutust U3J1, BcTpe-
YaroTCsl ropasfio peke, ueM cuntanock paHee [26]. 'KC u a3a-
THUOTIPHH SIBJISIFOTCSI OCHOBON MMMYHOCYIIPECCUBHON Tepanuu
npu AWT [29]; oHM Tak>Ke NPOIEMOHCTPUPOBAIN 3(P(HEKTUB-
HOCTb B JICUEHUU JIETOYHbIX MPOSIBJIECHUI JAHHOTO 3a00/IeBaHuUs
[27].
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3akAlQueHue

CornacHo COBPEMEHHBIM TPEJICTABJICHUSIM,, @y TOUMMYHHBbIE
3a001€BaHus IEYEHU MOTYT ObITh aCCOLMUPOBAHbI C Pa3ny-
HbIMU BapaHTaMH MOPa>KEHUA JIETKUX, YTO YKAa3bIBA€T Ha HE-
00XOAMMOCTb MYJIbTUIUCUMINIMHAPHOTO MOAXO0/A K JICUSHUIO
JAHHO¥ TPYIIbI MAMEHTOB. Y YUThIBAsI BO3MOXKHOCTb OTCPO-
YEHHOT'O Pa3BUTHUS MOPAXKEHUS] OPraHOB NPU ayTOMMMYHHbBIX
3a00JIeBaHUSIX NIEYEHH, 0O0OCHOBAHHBIM MPEJICTABIISIETCS IMHA-
MHUYECKHUI1 KOHTPOJIb COCTOSIHUSI pECIMPATOPHOI CUCTEMBI C
L[eJIbI0 PAHHETO BBISIBJICHUS U JISUCHHS] BHETIEYEHOYHBIX MPO-
siBieHni ipu ilanHoil marosnoruu. [IBX B HacTosIee Bpemst siB-
JsieTcs HanboJlee U3YYCHHbIM NMEPBUYHBIM aYyTOMMMYHHBIM 3a-
60JIeBaHMEM TIEYEHN B OTHOLLIEHHUHU €r0 JIETOYHBIX TPOSIBIICHUI.
[IprHuMas BO BHUMaHUE JOCTATOYHO BBICOKMI PUCK HATMYUS
N3JI, Bcem nammentam ¢ [I6X pekoMeHoBaHO mpoBefieHne
KT opraHoB rpyiHO# KI€TKM B COUE€TAHUHU C JIETOYHbIMU (DYHK-
LMOHAILHBIMU TECTAMM JIISl MAKCUMAJIBHO PAHHETO BbISIBICHUS
MHTEPCTULMAIIBHBIX MOPasKEeHUH JIerknx. B To ke Bpemst ¢ yco-
BEPILICHCTBOBAHUEM JIMArHOCTUYECKUX MOJIXOJIOB K IMarHOCTH-
ke AUTI" u TICX MoxeT ObITh NOJTy4eHO GolblIee KOINYeCTBO
JIaHHBIX O MOPAKEHWUH JIETKUX B paMKaX JJAHHBIX HO30JIOTHIi.

Jlerounble nmopakeHusl NpU Ay TOMMMYHHbBIX 3200JI€BaHUSX
MeYeH OTINYAIOTCS BbIPAKEHHBIM MOJUMOP(U3MOM, OJIHAKO
B HACTOAIIECC BPEMA NUMEIOTCA JIMIIb Or'PAaHUYCHHBIC [JAaHHBIC OT-
HOCHUTEJNIbHO 3(P(PEeKTUBHOCTU PA3INYHBIX TPYNI UMMYHOCY-
MPECCHUBHBIX MpenaparoB /ij1sl ux jJedenusi. C y4eToM 1ocTaToy-
HO YacCTOr'O BbISIBJIEHUS TATOJIOMMH JIETKUX MPU &y TOUMMYHHBIX
3a00J1€BaHMSIX NIEYEHU, C OTHON CTOPOHBI, U B psifie ciiyyaeB 60-
Jiee TSKEJIOro TeYeHUs JIErOYHOTO MpoLecca, o CPaBHEHUIO C
MEYEHOUHBIM, — C JIPYTroil, MPejCTaBIseTCsI 0O0CHOBAHHBIM
NpoBeJieHNe KPYIHbIX PaHAOMU3MPOBAHHBIX KIMHUYECKUX UC-
CJIeJIOBAHUI C LENbI0 pa3paboTKU MPOTOKOIOB UMMYHOCYTIpEC-
CUBHOW TeparuHu JIJIsl JICUSHUs! JJAaHHOM TaTOJIOTHH, & TaKKe Me-
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